tion started at the age of 15 and has been regular since, yet in spite of this evidence of sexual maturity, her breasts have failed to develop. She denies any trouble with the skin apart from scabies. She maintains that she sweats normally and has never suffered from heat intolerance, and is able to work in a laundry without difficulty. We were unable to interview the relatives to obtain an independent history of her condition in infancy and childhood.
Family history.-Her mother and father and 11 siblings (6 sisters, 5 brothers) are all said to be normal. None have deformities or complain of inability to sweat. No consanguinity.
On examination.-Her facies is striking. The central portion of her face is relatively underdeveloped. The cheeks, upper jaw and nose are sunken, giving the so-called inverted dishshaped deformity reminiscent of congenital syphilis. The eyes are a little prominent. The skin is thin and fine and rather dry, and on her back it has a translucent appearance with superficial veins showing through. There is also a very fine light granular pigmentation. The scalp hair is a little coarse but otherwise probably normal. The eyebrows and pubic hair are normal, but her axillary hair is very sparse. The nails on both hands and feet are poorly developed and foreshortened. There is no development of breast tissue. The nipples are rudimentary.
Skeletal system.-There is a severe bilateral flexion deformity of the digits of both hands, causing marked limitation of finger movements. The defect appears to be due to scarring and contracture of the subcutaneous tissue and skin. The feet are also affected in a similar manner but to a lesser degree, there being some foreshortening and pes cavus with contraction of the toes. Her knees are large and knobbly, with slight subluxation backwards of the tibia on the femur, but there is, however, only slight limitation of joint movement. The tibia themselves show backward bowing. The palate is narrow and vault-shaped and she is edentulous. The remainder of her skeleton is normal. On general medical examination nothing else of note was discovered. Her blood pressure was 130/90. She is a person of low intelligence.
Investigations.-X-rays: Skull: Agenesis of maxilla mainly of the premaxillary part. There were large numbers of unerupted teeth both in the maxilla and in the mandible.
Hands: Short metacarpal bones with some absorption of the terminal tufts of the distal phalanges. Severe flexion deformity.
Knees: Poorly developed cortex with some widening of the bone ends. 17-Ketosteroids: daily output 3 6 mg. Second estimation 8-3 mg. Comment.-This patient's condition is probably a variant of the anhydrotic ectodermal defect as described by Clouston (1939) , Upshaw and Montgomery (1949) and others. It is unusual to get this syndrome in females as the defect is usually inherited as a sex-linked recessive and is thus limited to the male sex. Cases described in females are probably due to a different mode of inheritance.
708
Proced*ngs of ae Royal Sociy of Medicme 20 The absence of breasts in association with ectodermal defect has only been recorded occasionally. Osbournin 1952 reviewed the literature and could only find Scases, all of whom were, surprisingly enough, of the male sex.
The occurrence of skeletal deformities has been noted by Montgomery without giving any details. Pilsbury et al. (1956) published a photograph of a case with a very similar flexion deformity ofthe hands in a woman. The contracture ofour patient's hands might be accounted for by her burns. This is, however, unlikely as the deformity is bilateral and symmetrical and is also affecting her feet.
We felt that it might well have been possible to demonstrate some defect in her sweating, History.-Four years ago she developed a red rash on the front of the right wrist. This gradually spread to involve the flexural surfaces of both arms, and the sides of the neck and the face. She attended several dermatologists and her condition was variously diagnosed "eczema", "contact dermatitis", "neurodermatitis" or "seborrheeic dermatitis". Improvement was succeded by relapse on each occasion.
On 24.11.56 she developed a blister on the right shoulder. This burst and left behind it a red scaling patch. In the course of the next ten days she developed blisters over most of the body surface (Fig. 2 ). Scaling patches,, mostly round, but some circinate were left behind after rupture of the blisters ( (Fig. 1 ). During the next week several lesions became pustular and she had a temperature of 1020 F. 19.12.56: Treatment was begun with ACTH 20 units b.d. The following day she was afebrile, two days later all the blisters had begun to dry up and no fresh ones had appeared. 24.12.56: ACTH was stopped and she was allowed to go home.
28.12.56: The skin was clear except for a number of scabs on the trunk. 15.2.57: There was a recurrence of itching and erythema on the arms and she was given prednisone 5 mg. t.d.s. during February and March. In April the dose was reduced to 5 mg. b.d. and it was discontinued in May 1957.
Since then an itching, apparently eczematous, eruption has persisted on the neck and arms but there have been no further blisters. Past history. Acantholysis is not confined to the pemphigus group only. One has to be very careful to diagnose pemphigus histologically by finding acantholysis.
Whereas pemphigus is due to an acantholytic process, non-acantholytic bulla may occasionally be seen in true pemphigus. On the whole I would say that there is no pemphigus without acantholysis, but there may be acantholysis without pemphigus.
Dr. C. H. Whittle: She was going through a period of considerable stress in the first attack and I wondered if she had been given any sedative which might have been responsible for this type of reaction.
The President: I wondered whether she might have dermatitis herpetiformis which can present in an eczematous pattern; she has had periods of intense and intolerable itching and itmight be precipitated by a state of stress.
Dr. Wilson: She was not having any drugs at the time when the bullh appeared. We did not think of the possibility of dermatitis herpetiformis, but it would be interesting to try the effect of dapsone. History.-Since 1954 small warts and blackheads have been appearing on the face and forehead. He presented for treatment at the London Hospital four months after their onset and has since attended irregularly. The lesions grow slowly, rarely exceed 3 mm. in height or diameter. One on the nose reached a diameter of 1 cm. in three months and clinically was typical of a kerato-acanthoma.
Family history.-He does not think other members of his family have any similar condition. On examination.-Sites: Forehead, nose, nasolabial folds. Lesions: Dome-shaped, skin-coloured papules -up to 3 mm. in diameter, some with depressed centres resembling molluscum contagiosum; others with warty centres suggestive of molluscum sebaceum; yet others appear to be filiform warts.
Histology.-Most lesions are squamous cell papillomas with horny plugging of follicles and sebaceous hyperplasia. The sebaceous cells are continuous with the prickle cells and form part of the papilloma.
Comment.-If the term "molluscum sebaceum" were not used synonymously with "keratoacanthoma" it would be appropriate for these lesions, many of which grossly resemble kerato-acanthoma. Microscopically they differ in that the central horny plug is surrounded by sebaceous rather than prickle cells; in fact true sebaceous mollusca.
Proceedings of the Royal Society of Medicine 22 Dr. H. Haber: Dr. Smith's case shows multiple papillomatous tumours which show histologically a peculiar picture. There is marked acanthosis and downgrowth of the epidermis. The cells of the acanthotic areas, however, show differentiation into mature sebaceous gland cells. I have seen a case of similar histology, but this case showed a solitary tumour which in its clinical and histological structure showed the features of kerato-acanthoma, but here again the acanthotic cells were all sebaceous gland cells. This is the only case, I think, which would qualify for the term "molluscum sebaceum." At that time the pigmentation started on the abdomen and gradually spread to involve the skin generally: it has become progressively deeper until the past few months, since then there has been no change.
Her birth weight was 4 lb. 12 oz. She was a full-term infant after a normal pregnancy and a normal delivery. She has always been underweight, but has passed the normal milestones, sitting up at the age of 6 months and walking at the age of 15 months. She has never had any serious illnesses or symptoms of ill-health to account for her under-development.
Family history.-Only child; normal parents of English descent. No history of pigmentation. No consanguinity.
On examination.-Small, frail, alert child (weight 24 lb.-1O lb. under average weight). The skin throughout was deeply pigmented, varying in colour from a deep brown to a steely grey. The pigmentation was mottled and most marked in the axillk and on the flanks and tended to be less marked on the face and other exposed areas. In all areas there were numerous, small, round to oval macules of paler pigmentation, thus giving an over-all raindrop effect. The skin was of normal texture and elasticity. The nails, hair and mucous membranes were normal, and no abnormality was found in the eyes. She had a peculiar facies, the features being rather pinched and giving a bird-like effect. Her hands were on the small side. The fifth fingers were abnormally short and curved. On general medical examination there was nothing of note other than a soft systolic murmur in the pulmonary area of the heart. This murmur is probably of no significance.
Investigations.-Urine: no abnormalities. Blood count normal. Electrolytes normal. X-rays of hands and feet show some retardation in development as judged by the ossification centres. Examination for urinary porphyrins and amino acids was negative.
Fecal fat output over three days was also within normal limits. Examination for arsenic content of the hair was normal. Microscopical examination of the skin showed heavy tattooing of the superficial-dermis by clumps of melanin-containing histiocytes. There were no inflammatory changes or increase in pigment in the epidermis.
Comment.-This pigmentary disturbance is probably an hereditary abnormality rather than a racial or acquired defect. The distribution of the pigmentation is quite unlike that seen in Addison's disease. In hiemochromatosis the pigmentation is uniform and is not dappled. Raindrop pigmentation might suggest arsenical poisoning but there is no sign of dyskeratosis in our case. Similar types of pigmentary anomaly have been described by Cole et al. (1955) , by Engman (1935) and by Gordon (1940) as dyskeratosis congenita and congenital atrophy of the skin. In these cases, however, the pigmentation was of much later onset in life and was associated with defects of the skin appendages and the mucous membranes. Our case is almost identical with that described by Wende and Bauckus (1919) . They described a family of 4 children, in which 2 were affected, their ages being 9 years and 13 months, and their pigmentation starting at about the age of 1 year. In the case of the elder child the pigmentation became maximal at the age of 5 and it then began to fade and was less marked by the age of 9. The pigmentation was noted to be dappled in parts, with white macules present in the pigmented area, and was similar in distribution to our case.
Addendum.-I have since been told of 2 similar cases in brothers, who were shown by Dr. Pegum to the Society three years ago (Pegum, 1955) .
of the fingers. Since then the melanosis has increased and it has been noticed that the child is undersized for her age. Histological examination shows that the excessive pigmentation is confined to the dermis and presumably it is the result of a widespread pigmentary incontinence. Investigation directed towards detecting abnormalities of amino-acid metabolism have all proved negative. Dr. J. S. Pegum: This little girl is almost identical with two brothers I showed to this Section in 1955 under the heading of "diffuse pigmentation in brothers of the Wende and Bauckus type" (Proc., 48, 179) . They were also of white stock, and they were white at the time of birth and then subsequently they became dark. I have been following them and the pigmentation has been fading. I was not able to shed any light on the etiology, but I did look up the literature at the time and Cockayne suggested that this was due to a recessive gene. The other thought we had about it was that possibly it was related to an increased secretion of the melanocyte-stimulating hormone of the pituitary. One of my patients was given moderate doses of prednisone to see whether that hastened the fading of the pigmentation; it was fading at the time and it is doubtful whether it had any effect or not.
Onycholysis from Adhesives.-G. C. WELLS, M.R.C.P.
Mrs. A. C., aged 32. She noticed breaking of the finger nails during the past month. Her nails had previously been healthv. She started to use adhesive nail covers about six weeks ago. After wearing them for two weeks, a second set was applied, at which time some cracking of the nails was noticed. When, after a further fortnight, the covers were peeled off, the finger and thumb nails were found to be badly damaged.
On examination.-The distal two-thirds of the nail plates are whitened with partial separation from the nail beds, and the distal thirds of the nail plates are breaking away (Fig. 1) . nail damage have followed the use of this type of cosmetic in a considerable proportion of wearers, and I understand that these "stick-on" nail covers have been withdrawn from the market. Dr . C. D. Calnan: This type of plastic nail film as a substitute for nail varnish has previously been used in the United States, and has produced the same type of dystrophy of the nails. It was withdrawn from circulation there, and has now been withdrawn from the market in this country. The nail dressings are made from a coloured cellulose or plastic film which is stuck with an adhesive mass similar to that used for medicated plasters. There is sometimes another type of adhesive in-between. There is an interesting field for study in the mechanism by which these preparations produce this severe nail damage. It may lead us to understand the nature of some idiopathic nail dystrophies.
Dr. D. S. Wilkinson: I had occasion to try out some similar adhesive nail covers on a number of patients. We found the same effect-though less marked-occurring in a quarter to one-third of the trials; the nails split and broke away in a similar manner. The other patients were not affected. It occurred quite typically after the second or third week, rarely before that. We tried to find out the cause and did a number of patch tests. There did not seem to be any sensitization or irritant effect from the nail covers themselves and I thought it might be due to a purely physical action. Further studies of this problem are being made.
Dr. Brian Russell: I have a patient with candida infection of the nail plates and I suggested to her that she put these nail covers on, to improve their appearance. She has not complained of any illeffect but in view of what has just been said I wonder if similar coverings might prove to have some therapeutic value in candidiasis or trichophytosis of the nail plates, by causing their disintegration.
Dr. D. S. Wilkinson: During the trials I mentioned, a few patients who had some pre-existing dystrophy of the nails were very satisfied with the covers, and indeed keep asking for more of them. They seemed to be of some value in that very limited group, but I do not know whether these patients would run into trouble if they kept on using them for six months or more. I do not think it makes any difference how frequently the nail covers are changed; the splitting seemed to occur if they were C. S., female, aged 8 years.
History.-Over the past three to four years small painless tumours have appeared in the skin and subcutaneous tissues around the left knee-joint. One similar tumour occurred on the outer side of the left elbow. Some of the lesions have been noted to increase slowly in size: fifteen months ago three were excised but more have subsequently appeared. One of the older lesions discharged creamy white material after massage. Apart from a severe graze of the left knee four or five years ago there-has been no history of trauma. Raynaud phenomena have not occurred.
Past history.-Mumps, measles, rubella, pertussis. Family history.-Non-contributory. On examination.-A fit plump child. Left elbow: A small firm oval yellow tumour attached to the skin was present at the lateral side of the antecubital fossa. Left knee: Similar tumours of various shapes and sizes could be seen or felt at different levels of the cutis and subcutis in the region of this joint. Scarring was also present. The pre-patellar bursa was swollen and hot. Full extension of the joint appeared slightly limited. Hands: The skin over the dorsal surface of interphalangeal joints showed small circumscribed red thickening with some white areas. No changes of scleroderma were present. Routine examination of other systems revealed no abnormalities.
Investigations.-Blood count and E.S.R. normal. Serum calcium, plasma phosphorus, alkaline and acid phosphatase, blood urea, serum cholesterol, total lipids and beta lipoproteins were all normal. X-rays: Chest, skull, shoulders, hip-joints, long bones, and feet normal. Abdomen: No evidence of nephrocalcinosis. Forearms: On the left side there is calcification in the soft tissue of the outer aspect of the elbow. No calcification is seen on the right side. The wrists are rather unusually shaped with unusual tilting of the articular surface of the radius. No calcification is seen in the parts of the digits included in the film. Knees: Extensive patchy calcification is present around the left knee-joint.
Comment.-In a review of the literature of calcinosis no case of unilateral deposits in a child could be found. Dr. Brian Russell: The atrophic changes on the extensor aspects of the joints suggest to me dermatomyositis. I think this may be a burned-out dermatomyositis of relatively mild intensity. History.-Ten to fifteen years ago he noticed a small scaling patch in the right palm.
Since then there has been a gradual extension over the palm (Fig. 1) and recently reddish patches have appeared over the 4th and 5th knuckles of the right hand. Two years ago a patch developed on the left palm. Past history.-Tonsillitis on several occasions. Rubella two years ago. Family history.-Irrelevant. On examination.-The right palm is studded with pinhead-sized keratotic patches. The left palm is similarly but less severely affected. Over the fourth and fifth knuckles of the right hand are two small patches clinically resembling lichen nitidus. There is a similar patch on the left posterior axillary fold; buccal mucosa free. He has recently suffered a mild attack of herpes zoster. PIG. i.-K. palm snowmg llcnen rIG. z.-Kegression jIOlowIIg lnumInitadus before treatment. cinolone Histology (5.3.58).-There is a minute cedematous granuloma pushed up in a papilla consisting of round cells, endothelial cells and one or two small giant cells. The histology is that of lichen nitidus.
POSTSCRIPT.-Regression of the lesions followed Triamcinolone 4 mg. three times daily for four weeks, followed by 4 mg. twice daily for two weeks (Fig. 2) .
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